the stemum and spinal column are common and include scoliosis and spina bifida occulta.' 2 Cervical neuraxial malformations have been reported only rarely,3-5 and it has been questioned whether this association is causal or a chance occurrence.3 A 21 year old woman with Noonan's syndrome presented with three days -of anterior tongue numbness, then spreading right facial weakness and numbness. The family history was of a matemal cousin with a similar phenotype and a heart condition (unavailable for examination). Examination disclosed a short girl (148 cm) with mild cognitive impairment and the characteristics of Noonan's syndrome. Bilateral proptosis, pronounced down beat nystagmus in the primary position accentuated by lateral gaze, diminished right comeal and facial sensation, right facial weakness, and impaired hearing on the right were present. Diminished sensation of the anterior two thirds of the tongue bilaterally and the right palate was also found. The remainder of the neurological examination was normal.
A metrizamide myelogram with cervical and cranial CT showed a Chiari type I malformation with extension of the cerebellar tonsils to the level of C2 and inferior displacement of figure) and some proliferation of astrocytes was seen. The underlying white matter showed a decrease in the density of axons and slight gliosis. Other cortical areas, including the hippocampus, amygdala, and Broca's area showed no evident abnormalities. Although a single senile plaque was present, fibrillary tangles, Hirano bodies, Lewy bodies, amyloid depositions, and spongiform degeneration were not seen. The basal ganglia showed no abnormalities.
The clinical features of a right sided hemiparesis, slowly progressive in the course of three years, with only slight disturbances of intellect, in combination with postmortem evidence of non-specific loss of neurons in the motor cortex are indicative of local degenerative disease of the cerebral cortex. Alzheimer's and Pick's disease were ruled out on clinical and pathological grounds. In a series of six patients with progressive aphasia PET showed hypometabolism that was more extensive than the lesions visible on CT or MRI,' as in our patient. The extensive involvement shown by SPECT was comparable with, that in previously reported patients with isolated aphasia.2 3 Our patient with an isolated hemiparesis of cortical origin, later accompanied by dysphasia, may represent a separate variety of a localised loss of cortical neurons, comparable with patients with isolated motor aphasia.' The mild disturbances of intellectual functions on neuropsychological examination are largely explained by the hemiparesis and dysphasia.4 Mesulam has also pointed out that such disturbances may result from the influence of the original lesion on the function of other regions of the brain.'
Patients with localised cortical atrophy in non-language areas and without dementia have been described in several groupsnamely, visuoperceptual disorder2; generalised apraxia;2 perceptuomotor deficits, often combined with hemiparesis2 and behavioural and personality changes2 3; and progressive aphasia with unilateral extrapyramidal signs. blood count, glucose, cholesterol, lupus anticoagulant, anticardiolipin antibody concentrations, and syphilis serology were normal. Magnetic resonance imaging of the neck with axial, spin echo, TI weighted images showed bright intramural thrombus with a very small residual lumen in the right vertebral artery ( figure (A) ). The abnormality was localised to a 2 cm portion of extracranial vertebral artery at the level of the C2 vertebra. Magnetic resonance angiography (MRA) showed disturbed flow within the vertebral artery at this level. The changes were diagnostic of vertebral artery dissection.
The patient was advised to continue aspirin for six months and has had no further symptoms. Repeat MRI, four months after the episode, showed no evidence of a persisting lesion (figure (B) ).
Extracranial vertebral artery dissection, with occlusion or distal embolisation, is an important cause of transient ischaemic attack and stroke in patients under 50 years of age. Often there is no history of trauma to the neck or, when a history of trauma is present, it may be trivial. Epidemiological studies may have underestimated the true incidence of both carotid and vertebral artery dissection because of the requirement in the past for invasive angiography, with its attendant risk, to make the diagnosis.
With the introduction of routinely available ultrasound and MR techniques, allowing non-invasive diagnosis, there is little doubt that more cases will come to light. It is interesting to note that the incidence of carotid dissection seems to be similar to that of aneurysmal subarachnoid haemorrhage. This woman's symptoms were "trivial"
and the episode could easily have been diagnosed as an attack of atypical migraine with no further investigation performed.
